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Background peak oxygen uptake (VO2) correlates with health related
quality of life (QoL) in adults with heart failure. Cardio-pulmonary exercise
test (CPET) is recommended in the follow-up of adults with congenital heart
diseases (CHD). Few data is available as regards correlation between CPET
and QoL among children with CHD. 
Methods and results 202 CHD children aged 8 to 18 performed a CPET
(treadmill n=96, cycle-ergometer n=106). CHD severity was stratified into
4 groups. All children and parents filled out the Kidscreen QoL questionnaire.
Peak VO2, anaerobic threshold (AT), oxygen pulse followed a downward sig-
nificant trend with increasing CHD severity and conversely for VE/VCO2
slope. Self-reported and parent-reported physical well-being QoL scores cor-
related with peak VO2 (respectively r=0.27, p<0.0001 and r=0.43, p<0.0001),
percentage of predicted peak VO2 (r=0.28, p=0.0001 and r=0.41, p<0.0001),
and percentage of predicted VO2 at AT (r=0.22, p<0.01 and r=0.31,
p<0.0001). Significant correlations were also observed between several QoL
dimensions and VD/VT ratio, oxygen uptake efficiency slope (OUES), oxygen
pulse but never with VE/VCO2 slope. The strongest correlations were
observed in the treadmill group, especially between peak VO2 and physical
well-being for parents (r=0.57, p<0.0001) and self (r=0.40, p<0.0001) reported
QoL. 
Conclusions peak VO2 and anaerobic threshold are the two CPET vari-
ables which best correlated with self and parents-reported QoL in this large
pediatric cohort. If QoL is involved as a “patient related outcome” in a clinical
trial in pediatric cardiology, we suggest to use parents related QoL scores.
Clinical Trial Registration ClinicalTrials.gov (number NCT01202916).
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Background Adolescents with heart disease have complex health needs
and require lifelong cardiology follow-up. Interventions to facilitate paediatric
to adult healthcare transition are recommended. We sought to determine the
educational needs of adolescents and young adults with heart disease and the
impact of a transition intervention on improving knowledge and self-manage-
ment skills among this population.
Methods and results From September 2014 to May 2015, 115 adolescents
and young adults with congenital heart disease or cardiomyopathy (mean age
17±2 years old, 47 girls) were consecutively enrolled. Twenty two have been
included in a structured educational program 11 months before (educated
group). The 93 others were allocated to usual care (non-educated group).
Knowledge in all the patients was assessed using a same questionnaire
exploring specific issues related to heart disease. In the non-educated group
we observed significant gaps in knowledge: only 61% knew the name of their
heart disease, 20% were aware of the recommended follow-up, 43% knew
preventive measures of infectious endocarditis, and 8% of the girls were
informed on the maternal risk of pregnancy. The mean total knowledge score
in the educated group was significantly higher as compared to the non-edu-
cated (score=11.7/20±3.5 vs 8.6±3,2 p<0.01). In this group, the best scores
concerned knowledge on follow-up, cardiac symptoms, prevention of endocar-
ditis, and pregnancy risk (p<0.01). In multivariate analysis, provision of struc-
tured education was the only determinant of higher levels of knowledge
(R=0.40, p<0.01) after adjustment for age, sex, heart disease complexity,
school level and family status. 
Conclusion Education at transition period has a significant impact on the
adolescent knowledge above all those concerning their follow-up and their
cardiovascular risk. Structured education program should improve adult
understanding of their heart condition, and could prevent potential complica-
tions.
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Introduction Usefulness of cardiac catheterization in Eisenmenger syn-
drome is controversial. We investigated the prognostic value of invasive
hemodynamic parameters.
Methods 69 consecutive patients with congenital heart disease and pulmo-
nary vascular resistance (PVR)>8UW.m2 (Eisenmenger syndrome, n=63; non-
correctable left-to-right shunt, n=6), with at least 1 catheterization after 1994,
were included. Pulmonary artery pressures (PAP) and oxygen (O2)
consumption were measured using the same standardized method. PVR were
calculated using the Fick principle. Outcome was assessed in 2015 and sur-
vival analysis was performed.
Results Mean age at first catheterization with this protocol was 38.4±13.3
y.o.. Pre-tricuspid, post-tricuspid and combined shunts were observed in 44
(63.8%), 23 (33.3%) and 2 (2.9%) cases. Patients were free of any pulmonary
anti-hypertensive drugs in 54 (78.3%) cases. A Who status 3 or 4 was
observed in 37 patients (53.6%). Median PVR and diastolic PAP were 24.6
[19.2-37.6] UW.m2 and 40.0mmHg [34.5-50]. There was no complication.
During a median follow-up of 7.2 y. [5.2-11.6], 23 (33.3%) patients reached a
composite outcome criteria (death n=12; heart-lung transplantation n=8; trans-
plantation list registration n=7). Outcome was associated with pulmonary O2
sat. <70% (p=0.01), aortic O2 sat. ≤88% (p=0.02), mixed venous blood O2 sat.
≤65% (p=0.01), PVR ≥30UW.m2 (p=0.02), diastolic PAP ≥45mmHg (p=0.01)
and who 3-4 (p=0.01). After adjustment for the position of the shunt and the
number of anti-hypertensive drugs, diastolic PAP≥45mmHg and Who 3-4
remained associated with outcome in Cox regression analysis (HR 5.6,
p=0.006; HR=5.3, p=0.008). There were trends that did not reach significance
for the other hemodynamic parameters.
Conclusion In addition to functional status, first catheterization provides
prognostic information in patients with Eisenmenger syndrome. If these infor-
mation could improve the therapeutic algorithm remains to be demonstrated
(figure next page).
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A major anatomic characteristic of the right ventricle (RV), in addition to
coarse and few apical trabeculations, is the presence of muscular bands
arranged in a semicircular fashion: parietal band and subpulmonary conus,
septal band (SB), moderator band (MB). The embryologic origin of SB, MB
and anterior papillary muscle of the tricuspid valve (APM) is still controver-
sial: primitive muscular tricuspid gully, or condensation of the ventricular
trabeculations. In order to determine if the presence of SB, MB and APM
could be related with the degree of development of the tricuspid valve, we
reviewed 32 postnatal and 26 fetal human heart specimens with tricuspid
atresia (TA). Forty-two hearts had ventriculo-arterial concordance, 14 had D-
transposition. There were 52 muscular TA (musTA, including 6 without any
RV cavity), and 6 membranous TA (mbTA) with imperforate valvar tissue in
the floor of the right atrium. All 52 hearts with a RV cavity had a well-devel-
oped ventriculo-infundibular fold (VIF). A rudimentary SB (with demon-
strable limbs in 3) was present in 6/46 (13%) musTA vs 6/6 (100%) mbTA
(p=0.000), rudimentary MB in 3/46 (6.5%) musTA vs 6/6 (100%) mbTA
(p=0.000), rudimentary APM in 3/46 (6.5%) musTA vs 3/6 (50%) mbTA
(p<0.02). Left juxtaposition of the atrial appendages was found in 2% musTA
vs 33% mbTA (p=0.02). 
Conclusion SB and MB are absent in the vast majority of hearts with
musTA but are found in all mbTA, while VIF is always present. These ana-
tomic findings confirm the hypothesis of the muscular tricuspid primordium,
itself developed from the posterior part of the primary fold, at the origin of
SB, MB and AMP, while the VIF has a different origin (the inner curvature
of the heart). 
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Introduction Infantile haemangioma (IH) is a very common vascular
tumour that affects up to 10% of newborns. Since 2008, oral propranolol is
used to treat complicated IH, like haemangioma that obstruct vital structures
or ulcerated haemangioma.
Objective The aim of this study was to investigate, by a retrospective
review, the therapeutic results and effects of propranolol on cardiovascular
and biological parameters in infants treated for complicated infantile haeman-
gioma and to assess its safety.
Results All paediatric patients with complicated IH who started systemic
propranolol from February 2009 to December 2014 were included.
218 patients (155 girls and 63 boys) were treated by propranolol. The mean
weight was 6780g (2115g to 20000g). Median age at beginning of treatment
was 4.7 months (10 days to 6 years). The most frequent localisation of IH was
facial (63 patients), palpebral (52 patients), perineal (20 patients), labial
(14 patients), airway obstruction (8 patients) and 1 PHACE syndrome. Median
length of therapy was 7.5 months for facial IH, 6 months for palpebral,
5.6 months for perineal IH and 7 months for subglottic localisation. Adverse
events were observed: hypoglycemia (n=11 patients aged less 6 months), arte-
rial hypotension (n=103 patients, especially at the second and third dose with
dose titration), bradycardia (n=120). Transthoracic echocardiography was real-
ised in 158 patients: 19 pathologies were found (8 PDA, 4 ASD, 4 mitral
regurgitations, 2 VSD and 1 coarctation). Other adverse events occurred in
49 patients (wheezing, acrocyanosis, diarrhoea, sleep disturbance) leading to
modification in management. Complete response was observed for all but 11
(partial or no response).
Conclusion In appropriated patients, propranolol therapy is effective for
severe or complicated IH. We must be aware of frequent adverse events under
beta-blocker in these patients.
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